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Abstract

Pemphigus vegetans is an autoimmune disease characterized by flaccid bullae or pustules that erode to form
hypertrophic plaques involving predominantly skin flexures and mucous membranes [1]. We are presenting an
unusual case of de novo pemphigus vegetans with extensive involvement of genitals, perianal area, buttocks, nails,
oral mucosa, and cerebriform tongue which was initially mistaken for malignancy due to its unusual presentation.
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Introduction

Pemphigus vegetans is the rarest form of pemphigus vulgaris, ac-
counting for approximately 1% to 2% of all cases and is consid-
ered a benign subgroup [2]. It is characterized by vesicles, bullae,
pustules and erosions that consequently form vegetating masses.
Clinically, two subtypes are recognized: Neumann and Hallope-
au variants. The former is a belligerent non-healing bullous dis-
order contradictory to self remitting benign variant of Hallopeau
[1]. Hallopeau type, initially characterized by pustular lesions that,
after rupturing, merge and gradually evolve into vegetating ero-
sions. The disorder affects chiefly middle-aged adults. Lesions are
primarily flexural, although vegetations may occur at any site [3].

Case report

A 65 -year-old woman presented to our dermatology out-patient
department with reddish elevated vegetative lesions over buttocks,
genitals and groins which were associated with itching and oozing
of fluid since2 months without any history of vesicular, pustular or
bullous lesions. Subsequently lesions transformed into thick, ele-
vated, moist vegetating masses. Patient also developed clear fluid
filled lesion under the nail plate of left toe nail followed by the
detachment of nail from nail bed within few days.

Cutaneous examination showed few (4-5), well-defined, erythem-
atous to hyperpigmented, indurated, plaques of size ranging from
1 x 1 cmto 6 x 7 cm with verrucous, vegetating moist surface pres-
ent over bilateral groins, perianal area and buttocks. [Figure 1a&b]
Few erythematous papules present over inner surface of right thigh
and buttocks. Mucosal examination showed 3-4, well-defined, er-
ythematous to hyperpigmented ,indurated, plaques of size ranging
from 1 x 1 cm to 3% 4 cm with verrucous, vegetating moist surface
present over bilateral labia majora and minora.[Figure la] Oral

cavity examination revealed multiple painful erosions over left
angle of mouth, bilateral buccal mucosa and hard palate. Tongue
was fissured and cerebriform. [Figure 1c] Clear fluid filled vesicle
was present under nail plate of right index finger and right thumb
with detachment of distal nail plate of both nails. Gram stain tak-
en from genital lesion discharge was negative. Histopathological
examination showed verrucous and pseudoepitheliomatous hyper-
plasia with intraepidermal eosinophilic pustule formation. Supra-
basal acantholysis with infiltration of plenty of eosinophils seen in
dermis suggestive of pemphigus vegetans.[Figure 2a and b].

Figure 1a: 5-6 , well-defined, erythematous to hyperpigmented,
indurated, plaques of size ranging from 1 X 1 cm to 3 x 4 cm with
verrucous, vegetating moist surface present over bilateral groins,
bilateral labia majora and minora.
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Figure 1b: Single well-defined, erythematous to hyperpigment-
ed, indurated, plaque of size 6 X 7 cm with verrucous, vegetating
moist surface present over perinal area and buttocks.

Figure 2b: Infiltration of plenty of eosinophils seen in dermis [H&
E 40X]

Direct immunofluorescence revealed IgG and C3 deposition along
the dermoepidermal junction.[Figure 3] We started our patient
with oral methylprednisolone in tapering doses along with azathi-
oprine which showed excellent result with significant clearing of
her lesions.[Figure 4 a and b]

Figure 1c¢ : Cerebriform tongue

Figure 3: Direct immunofluorescence revealed IgG and C3 depo-
sition along the dermoepidermal junction

Figure 2a: Verrucous and pseudoepitheliomatous hyperplasia
with intraepidermal eosinophilic pustule formation. Suprabasal
acantholysis with infiltration of plenty of eosinophils seen in der-
mis [H& E 4X]
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Figure 4 a&b: Post treatment significant clearance of lesions.

Discussion

Pemphigus vegetans is a rare variant of pemphigus vulgaris, first
described by Neumann in 1876 [4]. It is categorized into two sub-
types based on the initial presentation and disease course: Hal-
lopeau and Neumann. The former begins as pustules and has a
relatively benign course while the later, which is more frequent
starts as flaccid vesicles and bullae and shows a poor response to
therapy. Both the forms gradually evolve into hypertrophic veg-
etating plaques predominantly distributed in the intertriginous
sites, although any site may be involved. Oral mucosa is affected
in nearly 60-80% cases and often at the onset of the disease. Less
commonly, pemphigus vegetans may be localized to unusual sites
such as scalp, face, breast, leg and sole [2, 5-6].

Various conditions that have to be kept in the differential diagnosis
include the vegetating lesions of other bullous autoimmune skin
diseases, such as bullous pemphigoid or immunoglobulin A (IgA)

pemphigus, the chronic inflammatory plaques of Hailey-Hai-
ley disease, and especially vegetating pyoderma [7]. Cerebrifom
tongue also seen in our case has been quoted as an eponymous
sign for pemphigus vegetans [8]. Cytology (Tzanck test), histol-
ogy, immunofluorescence, and ELISA search for anti-desmoglein
antibodies are the diagnostic laboratory tools.

The principal autoantigen in pemphigus vegetans is desmoglein
(Dsg) 3, although in some cases Dsgl and desmocollin 1, 2 and 3
have also been implicated [7].

The standard treatment of this disease is with oral or systemic ste-
roids on daily basis or DCP therapy [2-3,9].

Adjuvant immunosuppressants and immunomodulatory agents
including azathioprine, cyclophosphamide, cyclosporine, intrave-
nous immunoglobulin, nicotinamide with tetracycline, dapsone,
and retinoids may be required to enhance the treatment Response

[5].

To emphasize pemphigus vegetans, although a variant of pemphi-
gus vulgaris, can present at atypical site or show limited involve-
ment without involving mucosa giving a diagnostic challenge.
So,it is important that though pemphigus vegetans being an un-
common should not be forgotten and must be kept as a differential
in patients presenting with recalcitrant verrucous or papillomatous
plaques.
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